Abstract A 59 year old woman developed pronounced thirst, increased water intake, and increased urinary output followed by slowly progressive cerebellar symptoms. Brain MRI showed abnormal hyperintensity on T2 weighted studies in the region of both dentate nuclei without atrophy of the cerebellum or the brainstem. A "mTC diphosphonate bone scan showed bone lesions in the distal parts of both femurs as well as distal and proximal parts of both tibias. The diagnosis of Erdheim-Chester disease was made by bone biopsy. This is the first case of Erdheim-Chester disease presenting as a slowly progressive cerebellar syndrome and diabetes insipidus, and also showing high signal lesions in deep cerebellar nuclei on MRI. Skeletal surveys are indicated for patients with otherwise unexplained slowly progressive cerebellar symptoms. (7 Neurol Neurosurg Psychiatry 1995;58:238-240) 
Erdheim-Chester disease is a rare histiocytosis of unknown aetiology with distinctive pathological and radiographic features characterised by bilateral, symmetric sclerosis of diaphyses and metaphyses of the long tubular bones and infiltration of foamy, lipid laden histiocytes. ' The disease seems to be a multisystemic histiocytic disorder, and retroperitoneal, cardiac, and pulmonary involvement have been noted in most cases. The most common site for intracranial accumulation of histiocytes seems to be the retro-orbital space with resultant proptosis or diplopia. Other neurological manifestations are Fukazawa, Tsukishima, Sasaki, Hamada, Hamada, Tashiro betes insipidus are extremely atypical for spinocerebellar degenerative disorders. Paraneoplastic cerebellar degeneration could be excluded by her clinical course of more than five years. Congenital metabolic abnormalities associated with cerebellar ataxia usually manifest before adolescence. There was no history of alcoholism, drug misuse, or exposure to chemical agents. Posterior fossa tumours and multiple sclerosis were excluded by clinical course and neuroimaging. The MRI findings in our patient were characteristic, showing high signal lesions in deep cerebellar nuclei. We could not clarify whether the cerebellar symptoms and MRI appearances were due to histiocytic infiltration. There was, however, no evidence to indicate the possible causes of cerebellar symptoms during the three year follow up. We believe that this patient had the same pathological process in the cerebellum as in bone.
Erdheim-Chester disease is a rare disorder first described by Chester in 1930.1 It is a histiocytic disorder with distinctive radiographical and pathological features. The characteristic radiographic finding is bilateral, symmetric sclerotic changes in the metaphyses and diaphyses of long tubular bones. Histologically, the disease is characterised by infiltration of foamy, lipid laden histiocytes in the bone marrow The treatment and the progression of the disease are poorly understood, but some patients were reported to show temporary improvement of symptoms after radiation therapy or chemotherapy. Thus a skeletal survey is indicated for undiagnosed patients with cerebellar symptoms.
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